el
AHKHNRO3HPVIOIINHU

CIIOHAHUNAUT

1957




OIIPEAEAEHHUE

AHKHUAO3SHUPVIOIIHN CIIOHANUANUT — 3TO
XPOHHYECKOE CHCTEMHOE BOCIIAANUTEABHOE
3aboneBaHHe, IIOpaXXarolllee KPECTIIOBO-
IIOAB3AOIIHBIE CYCTaBhlI, IO3BOHOYHHK U
HepeAsKo — IIepudepHiecKre CyCTaBEbI.

Ero Tax>xe HasbIBaloT 6one3Hb0 Mapu-
[MIrpromnenns (Marie-Strumpell) namu
bones3HbI0 bexTepeBa B 4eCTh BpaueH,
BHECIIINX CBOH BKAAJ B KAMHHYECKOE
onucanue 3aboneBanusa B KoHIle XIX B.



SQIITMAEMHWUONOI'USA

PacrpocTpaHeHHOCTh 3aBUCHUT OT
yacToThI HocuTenbcTBa HLA-B27 —y 90%
OORBHBIX

My>kunuHbI 3a00AEBAIOT B TPH pasa dallle,
YeM >KEHIIHHEI

3aboneBaHNE BO3HHKAET B BO3PACTE
15-40 neT, yallie B TeUYEHHE TPETHETO
LECSATHUAECTHS XXU3HU

AMAarHos3 yCTaHABAMBAETCH B CPEAHEM Y
MY>XYHH Yepes 8,4 neT, y >KeHIIuH — 9,8
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KNACCHUDPHUKAIINA BB

Knumauxo-mopdonoruiyeckrue dOpMBI:
-IIeHTpanbHasa (ITI03BOHOYHHK, KIIC)
-pU3OMHANYECKAS (+KPYIIHBIE CYCTaBhbI)
-nepudepuueckas (+KoneHHwle, /3, T/C)
-CKaHAWHAaBCKasda (+MenkKkHue CyCTaBbI

KHCTEH, CTOII)

- BB ¢ cucTeMHBIMH ITPOABACHHUSIMH

(YBEHT, aOPTHT BOCXOASIIIEIO OTAEAA,

I'IOMEPYAOHEDPHUT



KNACCHUDPHUKAIINA BB

AXTHUBHOCTE: HU3Kas, CPeAHSq, BBICOKAS
PenTtrenonormueckas cTasus CaKpOHUAECHUTA
(Hero-Hopckue KpUTEPHH):
| mosos3penue (HEYETKOCTE KpaesB
CyCTaBOB)
2 MUHUMAaNbHBIE H3MEHEHHUS (MenAKHe
KROKANBHBIE DPO3HUH UAHN YYACTKH CKAEPO3a
6e3 H3MEHEHHS HIUPHUHBI CYCT IIIEAH)
3 YMepeHHbIe H3MEHEHNU ( YMEPEHHO,
3HAYHNTEABHO BBIPAKEHHBIE DPO3HH,
CKAEPO3, paCUINpPEHHe, CY>KEHHE U
YACTHYHBIN aHKHAO3)
4 3HaYNUTEeNbHBIC H3MEHEHHS C IIOAHBIM
aHKHAO30M
DHC: 1,2,3 A ITOPa>KeHHBIX CYCTAaBOB




2. Ratio: 100




CYCTABHOU CUHAPOM

BocranuTenbHbIe OONAH M CKOBAHHOCTD C
HEUYEeTKOHN NOKANM3AIIMEH B HIUDKHEH YaCTH
CIIMHBI, YCHAHBAIOIINECS IIPH Kalllie, HAKAOHAX

BocrnianeHne MeCT NPpUKPEIACHHSI KPYIIHbIX
CBSI30K (DHTE3HUT): CBI3KH IIO3BOHOYHHKA,
OOABIIION BEPTER, AXHUANOBA CYXOXXHUAMUS, IITTOK

Yare apyrux nopaxarorcs KIIC, cycTaBsbl
I'PYAHHBI, AOHHOE COYACHEHUE, I'PYAHHO-
pebepHble, I'PYAHUHO-KAIOUHYHbIE, PEOEPHO-
IIO3BOHOYHBIE CYCTAaBbI



BHECYCTABHDBIE ITPOABNAEHUA

3allOMHHUTD HX IIOMOTraeT abbpeBuaTypa U3 IEPBbIX OYKB Ha3BaHUSI

bone3HHU

— Aortic insufficiency, ascending aortitis —
aopTanbHAs HEAOCTATOYHOCTD, BOCXOASIITUH
AOPTHUT, HApYIIeHUs IIpoBosuMocTH (10 %
OOABHBIX);

— Neurologic — HeBponoruueckue: IOABLIBHX
B ATAAHTO-aKCHAABHOM COEAHHEHUNH U CHHAPOM
"KOHCKOTI'O XBOCTAa';

— Kidney — IIouykH: BTOPHYHBIN aMHAOHAO3;

— Spine — IIO3BOHOYHMK: [IEPEAOMEI B IIIEHHOM
OTAeAe, CIHHAABHBIN CTEHO3;

— Pulmonary — nerounsie: pubpo3 BEpXHEH
LONH,

— Ocular — rnasHble: nepesHun yBeuT (25-30
7);

— Nenhronathyvy — medbvornmaTug (IagA):



ANAT'HOCTHUYECKHE
KPHUTEPHUU

KnnHnyeckue

bonu B HHDKHEN YaCTH CIIMHEI B TEUEHHE
3 MECSIIEB, YMEHBIIAIOIIIHECS IIOCAE
dbou3s. yIpakKHeHHH

OrpaHnueHHe IIOABH>XHOCTH B
IIOICHUYHOM OTAEAE IIO3BOHOYHMKA IIPH
HaKAOHAX

YMeHBIIIeHNE AbIXaTEeABHOMN DKCKYPCHH
I'P.KAETKH B CPaBHEHHNH C HOPMOH



ANAT'HOCTHUYECKHE
KPHUTEPHUU

PeHTreHoORoOrn4Yeckue :
ABYXCTOPOHHHNN CAKPOUAEHUT 2-4
CTaAHN
OAHOCTOPOHHHN CAaKPOUREHUT 3-4
CTaAHN

AHNarHo3 CUHTAETCSI LOCTOBEPHBIM
IIPHU HARHNYHUH PEHTIE€HOAOIHYECKOI'O
IIPH3HaKa B COUETAHHH C AIOOBIM
KAHHHIYIECKIM.









__ecT PopecThe

BonrsHOI'O IPOCAT
BCTATh K CTEHE U
IIPHIKATH
OAHOBPEMEHHO
KOIIaTKH, KpecTell,
IISTKH U 3aTBIAOK.
3aTeM U3MEPSIOT
PaCCTOSHHE MEXAY
CTEHOH U
3aTBhIAKOM.
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CumnroM Kyuienesckoro 1

[TosBreHrne 6onH IIPH
COKaTHUM Ir'pebHen
IIOAB3AOIIHbBIX
KOCTEH B TeueHue 1
MHHYTBI BO
PPOHTARBHOH
IILOCKOCTH



CumnromMm KyireneBckoro 2

[TosBreHrne 6onu npu
HaAaBAMBAHNH Ha
rpebeHsb
IIOAB3AOIIHON KOCTH B
Te4YeHHe | MHHYTEI B
IIOROXKEHHH Ha OOKY




CumnroM KyiieneBckoro 3

HasaBamBaHNe Ha
COTHYTBIN KOREHHBIN
CYCTaB, IPM>KUMAasI
ero K KylIlieTkKe, 1 Ha
rpebeHsb
IIOAB3AOIIHON KOCTH
IIPOTHBOIIOAOXKHOH
CTOPOHEI



Tect [Ilo6epa

OnpenensroT
OCTHCTBIN OTPOCTOK
V IIOSICHHYHOTI'O
ITO3BOHKA, ITO AMHHH
OCTHCTBIX OTPOCTKOB
BBEPX oTMepsoT 10
CM
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TecTt lllo6epa

ITamreHT
MaKCHMAaABHO
HaKAOHSIETCS BIIEPES.
BuoBE namepsror 10
CM OT OCTHCTOI'O
oTpocTKa V
IIOSICHHYHOI'O
II03BOHKA. B HOpMe
PAaCCTOIHHE MEXAY
ABYMSI BEPXHHUMH
TOYKaMH 4-5 cM.

Y mamueHTa pasHUIla
coctaBasgeT 0,5 cm



NABOPATOPHBIE TECTBI

Crnenuduiyeckue rokasaTenu
OTCYTCTBYIOT

Hepeakxo ormeuaroT yBennuenue COO,
CPBb, Ig A B KpOBH, aHEMHIO (HE HMEIOT
3HAYEHU)

P® He obHapy>XHUBaeTCH

HLA-B271 BeiaBngeTcsa y 90-95%
IIAIIMEHTOB, KOPPEeAUPYET C bonee
TSIXKEABIM TE€UEHHEM, HEOOXOAHUM AN
IIPOrHO3a Ha PaHHUX CTaAHAX



HMHCTPYMEHTANBHOE
OBCAEAOBAHHUE

PenTrenorpadmusa cycTaBoB

MPT ¢ xoHTpacTHPOBAHHEM
rafOAMHHEM: AASI PAHHEH AHATHOCTHKH
PeHTreHOBCKas KOMIIBIOTEPHAS
TOMOTrpadHs

YapTpacoHorpadus

KocTHasa AeHCUTOMETPHS
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AnuxkanbHBIN PHOPO3 AETKUX

Ha dore
OrpaHHuYEHUS
ITIOABI>XHOCTH
I'PYAHOH KAETKH U
CHIDKEHUS
BEHTHUASIIUHN
BEPXVILEK NETKHX
Pa3BHUBAIOTCA
dbubposHbIE
HN3MEHEHUS



NAEYEHHUE

TaxTiKa neueHNs B OOABIIIHHCTBE
CAYYAET 3aKAIOYAETCS B II0AABACHNU
CHMIITOMOB BOCIIANEHHS H
BBIIIOAHEHHH ITAllMEeHTAMK
VIPa>XHEHHH feucOHON
PHU3KYABTYPEI C LIEABIO
YMEHBIIECHU] AehopMallit U
BOCCTAHOBAEHHUS

TPYAOCIIOCOOHOCTH; HO U3NECUEHUS
AC! "oCTUIUR ITE VY RAATOT



OBIIIUE PEKOMEHAAIINHN

AR COXpaHEeHHUS IIPAaBUABHOM II03bI X
HOPMAABHOM ABIXaTEABHOH DKCKYPCHHU
I'PYAHOM KAETKH, & TaKXe IIPOPHUAAKTUKH
sedhopMaliy HEOOXOAMMBI €XKEAHEBHBIE
VIIpa>kKHEHUS.

['maporepanusa (minaBaHue) — OIITHMAABHBIN
METOA Ae4eOHOM (PHU3KYALTYPHLI.

BonbHbIE AONKHEI CIIATHh AHOO HA IIAOTHBIX
MaTpacax Ha cruuHe, AH60 6e3 IIOAYIIIKH Ha
>KHBOTE, UTO CHIKAET IIPOI'PECCHUPOBAHUE
LedopMali.

C yueToOM pa3BHBAIOIIEIOCT YMEHBIIIEHHUS
obbeMa AbIXaTEeAbHBIX ABIKEHHH B pubpo3a
BEPXVIIEK AETKHX KYPEHUE



NAEYEHHUE

HecTepoHaHble IPOTHBOBOCIAAHTEABHE1E
cpeascrTBa. Hanbonee 4acTo HCIIOAB3YIOT
HHAOMETALNH; BbI6op Apyrux HIIBC onpesenseTcs
UX IIEPEHOCHMOCTBRIO B 9P PEKTHBHOCTEIO.
NNexapCTBeHHble CPeACTBA BTOPOH NHHHH.
Cynbdacanasus (3 r/cyT) addpeKTHBEH Ha PaHHEH
CTaAHUH IIPOI'PECCUPYIOIIEro 3aboneBaHMs.
Tepamnus meTOTpEeKCATOM B MAaAbIX AO3aX HHOI'AA
addekTrBHA Y OOABHBIX C BRIPAXKEHHBIM
IIOpaXeHHueM IIepudepruIeCKUX CyCTaBOB.
Kopruxocrepoussl. [IpeM KOPTHKOCTEPOHULOB
BHYTPD HE OKa3bIBAET BAUSHUSI Ha KOCTHO-
MBIHIeYHbIE NIposaBAcHUSI AC. MecTHOe BBEeAEHUE
KOPTHKOCTEPOHAOB IIOMOI'a€T B AeUEHHUH
DHTE30IIaTHH H PE3UCTEHTHOI'O ITepudepruYeCKOro
CHHOBHITA.




XUPYPI'THUECKOE NEYEHUE

[ToxasaHuIMH K IPOTE3HPOBAHHIO
Ta300eAPEHHOI'O CYCTaBa IBASIOTCSA CUABHAS
OOAb B OTrPAaHHYEHHE IIOABHXXHOCTH.

Y OTAEABHBIX ITAIIMEHTOB BO3HHUKAET
HEOOXOAUMMOCTS B KAMHOBHAHOU
OCTEOTOMMH IIO3BOHOUYHMKA AL KOPPEKIIUHI
BBIPAKEHHOT'0 KH(03a, OAHAKO IIPH DTOH
OIlEpAallHH CYLIECTBYET OIIaCHOCTD
IIOBPEXAECHHUSA HEPBHBIX CTPYKTYDP.

B cayuae nnopaxkerusa cepaua npu AC
HHOI'Aa TPebyeTcs IpoTe3upOBaHHE
AOPTAABLHOI'O KAAIlaHa MAM YCTAHOBKA
KapAHOCTHUMYASITOPA.



A.-Tandberg,
1970

IlocTaBUTE AMATHO3 IIO3AHEHN CTaANH
bone3Hu bexTepeBa MoXXeT AIOOOHU
Bpad, Ha PaHHEHN CTaAHUH —
BpauebHOEe HCKYCCTBO



